O steOblastOma is a rare primary bone tumor that usually presents as a painful bony lesion. A few cases have been reported in association with systemic fibromatosis. In this case report, we present the unusual case of an 8-year-old girl with suspected KlippelTrenaunay-Weber (KTW) syndrome who presented with a painless rib mass that was found to be an osteoblastoma.
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case report

History and Presentation
This 8-year-old girl with suspected KTW syndrome presented with the discovery of a painless thoracic back mass during a workup for neurofibromatosis Type 1. On physical examination the patient was found to have multiple café-au-lait spots and capillary hemangiomas as well as a soft subcutaneous mass in the region of one of her café-au-lait spots. As this mass was nondiscrete on examination, an MRI study was obtained (Fig. 1) . This study demonstrated an incidental finding of an enhancing expanding lytic lesion of the left sixth thoracic rib. The lesion was further evaluated by CT scanning (Fig. 2) ; a subsequent CT-guided fine-needle aspiration was performed and demonstrated osteoblastoma. Given the change of the lesion on interval imaging and the concern that this change could represent malignant degeneration, the decision was made to resect the expanding lesion. Furthermore, with no reports of osteoblastoma associated with KTW, we did not know if it would have a higher chance of malignant degeneration.
Operation and Postoperative Course
CT localization of the lesion was performed in advance of the surgical procedure for preoperative planning. On the day of surgery, the patient was positioned in a lateral decubitus position, and a vertical midline incision was made from the level of T-2 to T-8. The paraspinal muscles were mobilized off the posterior aspect of the spinal column until the rib articulation and the left T-6 transverse process were identified. After mobilizing the paraspinal muscles 3 cm more laterally, we could clearly see the abnormality of the left transverse process. The bone was incised using a rongeur. Upon entry into the bony process of the left transverse process of T-6, there was clearly abnormal tissue. A portion of this was sent for pathological evaluation, and the frozen review was suggestive of osteoblastoma. The left transverse process was then excised until normal-appearing bony tissue was identified, which resulted in complete excision of the transverse process. The spinal nerve was preserved. In addition, the neurovascular bundle of the sixth rib was preserved. The left sixth rib was then resected from the junction with the spinal column laterally for 3 cm.
Postoperative pathological examination of the surgical 4 specimen demonstrated a hypercellular lesion with irregular osteoid and osteoblastic rimming. The osteoblasts were cytologically bland with no mitoses or atypia, consistent with an osteoblastoma (Fig. 3) .
After surgery, the patient was initially admitted to the pediatric intensive care unit for close observation and pain control. A multi-orifice catheter (On-Q, Kimberly-Clark) was placed intraoperatively for postoperative pain control. On postoperative Day 1 the patient was transferred to the floor, and her Foley catheter was removed without difficulty. By postoperative Day 3 she was tolerating a regular diet and was up, moving, and playing on the ward comfortably.
At her 1-month postoperative follow-up visit, the patient had no pain, had no residual paresthesias at the surgical site, was neurologically intact, and had returned to all her normal activities. The results of surveillance CT and MRI studies obtained at 3 months' follow-up were normal.
discussion
The differential diagnosis of a benign primary bone tumor includes aneurysmal bone cyst, chondroma, enchondroma, eosinophilic granuloma, fibrous dysplasia, he mangioma, osteoid osteoma, and osteoblastoma. 13, 18 Osteoblastomas account for approximately 1% of all primary bone neoplasms and 3% of benign primary bone neoplasms. 1, 16 These lesions are one-fourth to one-tenth as common as osteoid osteomas from which they can be difficult to differentiate clinically. 3, 8 Ninety percent of cases occur during the first 2 decades of life, with a peak incidence between the ages of 10 and 20 years. 1, 9, 17 There is a male predominance (male to female ratio of 1.43-4.7:1). 1, 4, 5, 9, 18 Osteoblastoma most commonly presents in the long bones and spine, with sporadic involvement of the mandible, maxilla, sternum, ribs, calvaria, and small bones of the hand. 7, 8, 15, 16, 19 Patients with osteoblastoma typically present due to pain, and the lesions are only palpable in 50% of cases. 1, 9 Rare malignant degeneration to osteosarcoma has been reported. 8 Our patient's presentation with an incidental nonpainful lesion identified on imaging is an uncommon presentation for osteoblastoma; 80%-100% of patients with osteoblastoma present with pain. 4, 7, 9 Rib lesions are also uncommon and constitute only 5% of osteoblastomas. 2, 12, 19 Optimal management of these cases is uncertain, as this is typically a benign lesion. Resection is usually performed because of pain or neurological sequelae, neither of which was present in our patient. Medical management has been tried successfully in select subsets of patients.
5,9 Surgical therapy, including radio-ablation, complete resection, and radical resection with adjuvant radiotherapy, has been described. 4, 15 However, the optimal surgical management and risk stratification are also unknown, although resection is standard. 15 Surgical therapy is definitely indicated for lesions concerning for malignant transformation, for pain, or for neurological deficits resulting from the lesion. In discussion with our patient's parents, we were concerned that the patient's tumor was at elevated risk of malignant degeneration due to the unusual location, presentation, and expansile character of the lesion; therefore, we advised resection.
Syndromes of systemic fibromatosis have not been clearly associated with osteoblastoma. There are only 2 reports in the literature of osteoblastoma occurring in patients with syndromes of systemic fibromatosis or fibromatosis of the soft tissues. The first report described a mandible lesion in a 60-year-old patient with Gardner's syndrome, and the second described a 30-year-old female with a left femur osteoblastoma and soft-tissue fibromatosis. 8, 16 Klippel-Trenaunay-Weber (KTW) syndrome is a rare syndrome of systemic fibromatosis comprising limb, soft tissue and bony hemihypertrophy, vascular staining of the skin, varicose veins, and lymphatic malformations. Specific genetic and biomolecular anomalies contributing to the condition have not been well elucidated, although multiple suspect genes and cohorts have been studied. 14 One target gene VG5Q (PEG3) under investigation is a known angiogenesis factor that has been associated with tumor suppressor defects in malignancies, including glioma, angiosarcoma, and ovarian cancer. 5, 10, 11, 14 To our knowledge there has been no description of an association between KTW syndrome and osteoblastoma in the literature. However, given the rarity of KTW syndrome, the true incidence may be masked. 
